1
Although there are a few cases of choanal atresia reported in siblings, its occurrence without other malformations is rare.
CASE PRESENTATION
A 3100-gm female infant was born by spontaneous vaginal delivery at 41 weeks' gestation to a 32-year-old gravida 5, para 3, aborta 2 mother. The pregnancy had been complicated by placental angioma and increased alpha-fetoprotein. A subsequent amniocentesis was performed and produced a normal 46, XX karyotype. Apgar scores were 8 at 1 minute and 9 at 5 minutes. Although the infant cried with stimulation and was noted to be pink, she quickly developed mild grunting and retractions. Suctioning of the oropharynx induced further respiratory compromise consisting of severe air hunger and prominent retractions. A catheter was unable to be passed through either nostril. The remainder of her physical examination was unremarkable. An oral airway was inserted and relieved the respiratory distress. A chest radiograph showed clear lung fields and an echocardiogram displayed normal cardiac anatomy and function. Interestingly, further history revealed an almost identical clinical presentation in an older sibling. A computed tomographic scan of the midface (Figure 1 ) confirmed the diagnosis. The infant underwent successful surgical repair.
DISCUSSION
Congenital choanal atresia was first described by Roedener in 1755. 2 Despite its lengthy history, the inheritance of choanal atresia remains incompletely understood. It occurs in 1/8000 live births, and it may be complete or incomplete, unilateral (60%) or bilateral (40%), and membranous (10%) or bony (90%). It occurs in both sexes, but is twice as frequent among females. 3 Associated congenital anomalies occur in 43% to 72% of cases and include cardiovascular malformations and nerve deafness. 4 The CHARGE association should always be considered in any patient with choanal atresia.
The etiology of choanal atresia is controversial. Embryologically, during the seventh week of development, the bucconasal membrane ruptures. Failure of this process results in atresia of the posterior nares and the primitive nasal cavity will not communicate with the pharynx. Another theory maintains that choanal atresia results from the proliferation of epithelial cells in the nasal passages during development. 5 Newborns with bilateral choanal atresia typically present with severe respiratory distress noted immediately at birth, which is relieved with crying. Failure to pass a nasogastric tube is highly suggestive, and the diagnosis can be confirmed by imaging. Computed tomography appears to be the imaging modality of choice. 6 Emergent surgery to establish a patent airway, usually by trans-nasal stenting, is required.
The present case is unusual in demonstrating a recurrence in siblings. The risk of occurrence in siblings or the child of an affected individual is not felt to be increased. 7 However, there are a few reported cases of bilateral choanal atresia among siblings. 3, 8 It is not clear if these cases were associated with other anomalies and/or consanguinity between the parents. Sadek recently described six cases of bilateral bony choanal atresia among siblings, three of which had Crouzon's syndrome, and the remaining three were infants from consanguineous marriages.
anomalies, it should still be considered in any newborn from a family with other affected individuals when the clinical presentation suggests its presence. Placement of an oral airway and performance of midfacial computed tomography to confirm the diagnosis will allow prompt surgical intervention. 
